A 47-year-old man presented with hemophagocytic syndrome (HPS) 3,122 U/mL (190-650), serum ferritin level 2,360 μg/L (39.9-465.0) and interleukin-6 32,800 pg/mL (<4) (Fig. 1) . The lesions were demonstrated as hyperechoic areas on ultrasound examination, while high intensity areas on T1-weighted image and low intensity areas on
F i g u r e 1 . CT s c a n s o f t h e a b d o me n . CT s c a n s h o we d l o w d e n s i t y l e s i o n s a t t h e h e p a t i c r i g h t l o b e a t t h e t i me o f a d mi s s i o n t o c o mmu n i t y h o s p i t a l ( P a n e l A) , a n d mu l t i p l e i l l -d e f i n e d l o w i n t e n s i t y l es i o n s a p p e a r e d o n r e f e r r a l ( P a n e l B ) . T h e l e s i o n s n e i t h e r s h o we d a p p a r e n t e n h a n c e me n t b y c o nt r a s t me d i u m a n d n o r h a d ma s s e f f e c t s o n h e p a t i c a r t e r i e s a n d v e i n s ( P a n e l C) . On e y e a r a f t e r a dmi s s i o n , l o w-d e n s i t y a r e a s o c c u p i e d t h e e n t i r e l i v e r wi t h o u t a ma s s e f f e c t ( P a n e l D) .

T2-weighted image were visualized by magnetic resonance imaging. CT of the neck, chest, abdomen and pelvis showed no solid malignancies and lymphadenopathy. We made a diagnosis of hemophagocytic syndrome (HPS) according to the Diagnostic Guidelines of the Histiocyte Society (1)
.
F i g u r e 2 . L i v e r b i o p s y s p e c i me n s . I r r e g u l a r -s h a p e d n e c r o t i c f o c i we r e o b s e r v e d a r o u n d a c e n t r a l v e i n , wh i c h we r e a s s o c i a t e d wi t h h i s t i o c y t i c c e l l s i n c l u d i n g mu l t i n u c l e a t e d c e l l s ( i n s e t ) a n d l y mp h oc y t e i n f i l t r a t i o n a n d f i b r o s i s ( P a n e l A, h e ma t o x y l i n & e o s i n ) . T h e h i s t i o c y t i c c e l l s we r e p o s i t i v e f o r p e r i o d i c a c i d -S c h i f f r e a c t i o n ( P a n e l B , p e r i o d i c a c i d -S c h i f f ) . I mmu n o h i s t o l o g i c a l e x a mi n a t i o n r ev e a l e d t h a t mo s t o f h i s t i o c y t i c c e l l s i n c l u d i n g mu l t i n u c l e a t e d g i a n t c e l l s we r e p o s i t i v e f o r S 1 0 0 p r o -
t e i n ( P a n e l C) , CD6 8 ( P a n e l D) , a n d l y s o z y me ( P a n e l F ) , wh e r e a s n e g a t i v e f o r CD1 a ( P a n e l E ) . ( B a r = 5 0 μ m) . (2) (Fig. 3) (3, 5, 6 (10) . VOD is usually described as a complication of chemotherapy and radiation therapy (10, 11 
100(+)
F i g u r e 3 . L i v e r t i s s u e s p e c i me n s o b t a i n e d a t a u t o p s y f r o m t h e p a t i e n t . P r o mi n e n t h e p a t i c -c e l l d es t r u c t i o n wi t h f i b r o s i s ( b l u e ) r e s u l t e d i n b r i d g i n g a n d t h e r e s i d u a l h e p a t o c y t e s s h o we d a l o b u l a t i o n p a t t e r n ( P a n e l A, Ma s s o n T r i c h r o me ) . Ce n t r a l v e i n s we r e n a r r o we d ( P a n e l B ) a n d o c c l u d e d ( P a n e l C) b y t h e s u r r o u n d i n g f i b r o s i s , r e s e mb l i n g t h e s o -c a l l e d v e n o -o c c l u s i v e d i s e a s e . I n a n a r e a o f z o n e 3 , t h e h e p a t o c y t e c o r d s we r e d a ma g e d a n d p e n e t r a t e d b y f i b r o u s t i s s u e ( P a n e l D) . ( B a r s = 1 mm i n
biopsy. There was no evidence of viral antigens, such as EBV and CMV, in his liver as revealed by immunoperoxidase staining. Although fibrous-capsulated abscess containing necrotic tissues and bacteria was observed in the upper lobe of his right lung, hepatic decompensation due to venoocclusive disease was the primary cause of death.
Discussion
HPS is a reactive disorder of the mononuclear phagocytic system, characterized by benign, generalized histiocytic proliferation (3). The classification of disorders associated with histiocytosis (International Histiocyte Society) was modified in 1997; these disorders were divided into subgroups depending upon ontogeny, i.e. dendritic cell-related disorders, macrophage-related disorders, and malignant disorders of histiocytes (4). Usually, adult cases of HPS are accompanied with underlying disorders, especially viral infections (e.g. EBV, herpes simplex virus (HSV)-1, HSV-2, varicella zoster virus, adenovirus type 11, measles, Coxsacki virus A9, rubella and influenza A and human herpesvirus-6), malignancies including lymphoma and autoimmune diseases
histiocytosis (LCH). His hepatic lesion mimicked extranodal lesions of Rosai-Dorfman disease, in which histiocytes and activated macrophage are S100(+), CD68(+) and lysozyme (+), but the characteristic cellular features were lacking (7). The hepatic manifestation in the present case was unusual for HPS. Hepatic lesions without mass effects were compatible with focal fatty infiltration due to the lipid-rich nature of histiocytes (8). Activated Kupffer cells, that is hepatic macrophages, enhance the production of reactive oxygen species, cytolytic proteinases and proinflammatory cytokines and chemokines, and interact with the stellate cells, endothelial cells, sinusoidal lymphocytes, and hepatocytes (9). Endothelial injury at the central veins induces obstruction of the central veins and subsequent necrosis of the zone 3 hepatocytes susceptible to the effects of ischemia, which result in VOD
